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relatively rare 4 . There have been fewer than 50 patients previously reported in the literature (4) (5) (6) (7) (8) . Approximately 35% of adults with SLE have clinical evidence of nephritis at the time of diagnosis, with an estimated total of 50-60% developing nephritis during the first 10 years of disease (9) (10) (11) (12) . We, herein, describe a case of systemic lupus erythematosus, which who initially presented with bilateral vasoocclusive retinopathy.
Case report:
A 30 years old female was presented with sudden onset of visual loss for 03 days with a recent history of high grade intermittent fever and lower limb swelling for 12 days. She had no history of headache, convulsion, vomiting, diarrhea, trauma, documented hypoglycemia, recent change of medication or recent travel.
On details query, she gave history of photosensitivity, arthralgia and alopecia for last 2-3 months. She used Bangladesh J Medicine 2018; 29 : 36-40 NSAIDS sometimes for joint pain but denied having any skin lesion. On admission, her body temperature was 104°F, heart rate was 104/minute, respiratory rate was 18/minute, and blood pressure was 110/60 mm Hg. Anaemic conjunctiva was found, bilateral pedal edema was present. She was referred to an ophthalmologist for visual loss. By using semi quantitative scale her visual acuity (VA) was limited to light perception. Retinal examination revealed multiple areas of hemorrhage and exudate involving macula. She was advised for fluorescence angiogram. Color photograph of the fundus of both eyes showed dilatation, tortuosity and beading of retinal veins. There are numerous exudates and intra retinal hemorrhage (Figure 1 ). Fluorescence angiogram revealed some areas of fluorescence leakage with areas of peripheral nonperfusion with hypoperfusion and some areas of neovascularization ( Figure 2 ).
Ischaemic retinopathy was entertained and a collagen disease especially SLE was suspected.
She was advised for further investigations. Complete blood count (CBC) included hemoglobin at 7.9 g/dL without hemolytic blood features, and normal white blood cell and platelet count. Erythrocyte sedimentation rate (ESR) was 28 mm/hour. Urine analysis found proteinuria and urinary total protein was 3.2 gm/day. An antinuclear antibody (ANA) test was positive at a titer of 8.71(positive >1) and anti-ds DNA >240 IU/ml (positive >25).Her liver function tests were normal. She fulfilled five of the American College of Rheumatology criteria for SLE, Including arthralgia, photosensitivity, positive ANA, high titre of antidsDNA, and proteinuria.
The diagnosis of systemic lupus erythematosus was made. Anti-phospholipid antibody (APA) level was negative. Both Complements level were found low. Fortunately, most patients with mild retinopathy are at low risk for vision loss. 14 In contrast, SLE associated vaso-occlusive disease characterized by widespread capillary non-perfusion of the retina has been associated with a worse visual prognosis. Up to 55 percent of patients may have vision worse than 20/200, and 40 percent of patients may go on to develop retinal neovascularization and vitreous hemorrhage 15 . Patients often require panretinal photocoagulation to treat areas of capillary nonperfusion. Some patients can develop anterior segment rubeosis, tractional retinal detachment or macular infarction 16 leading to significant vision loss and morbidity. Increasing evidence suggests that this more severe vaso-occlusive form of lupus-related retinopathy may be associated with the presence of antiphospholipid antibodies, including the presence of anticardiolipin (aCL) or lupus anti-coagulant antibodies (LAC) 17 .
Renal involvement is reported to occur in 61-81% of patients with SLE. A renal biopsy is necessary to confirm and classify the diagnosis of lupus nephritis and hence to guide treatment (Table 1) . Table- Overall survival in patients with SLE is approximately 95% at 5 years after diagnosis and 92% at 10 years after diagnosis 18, 19 . The presence of lupus nephritis (LN) significantly reduces survival to approximately 88% at 10 years. Our patient presented with features of stage IV (Diffuse proliferative lupus nephritis: DPLN) disease on renal biopsy. End stage renal disease or death has been reported in 20-50% of patients with this form of nephritis at 10-year followup due to progressive renal parenchymal injury 20 .
Recommendations for management of LN consisted of pulse glucocorticoids followed by high-dose daily glucocorticoids in addition to an immunosuppressive medication, with cyclophosphamide (CYC) viewed as the most effective immunosuppressive medication for diffuse proliferative glomerulonephritis. Mycophenolate mofetil can be used as an alternative in child bearing aged patients.
Since the ocular complications of SLE are generally associated with active disease elsewhere in the body, control of the systemic disease may lead to resolution of the ocular manifestations. Some oral medications (e.g. nonsteroidal anti-inflammatory agents, antimalarial therapy, immunosuppressive agents, antiplatelet treatment, steroids) may be helpful in the treatment of SLE 21 . Systemic therapy with steroid is required when severe manifestations of SLE such as vaso-occlusive retinopathy are present 21 . In this case; intravenous steroid pulse therapy was prescribed in the beginning to stabilize the acute stage of the disease. Thereafter, antimalarial drugs, high-dose steroid and immunosuppressant were given to control the disease activity of SLE.
Treatment of SLE retinopathy is aimed at preventing complications arising from neovascularization. A significant factor affecting visual outcome is the high rate of neovascularization and vitreous hemorrhage arising from retinal ischemic events. Panretinal photocoagulation and vitrectomy have been found to be useful in preserving vision 21 . In this case, the early intervention with bilateral panretinal photocoagulation may be considered to have prevented complications arising from neovascularization.
Vision loss is an important issue in vaso-occlusive retinopathy of SLE. In 50% of SLE patients with this type of vaso-occlusive retinopathy, visual acuity was less than 6/20 [6] [7] [8] . In our patient visual acuity of both eye improved to finger counting. The visual prognosis is poor, as reported in the literature [6] [7] [8] . This case highlights the importance of timely treatment to prevent further vision loss.
Conclusion:
This case report demonstrated that SLE might initially manifest with ocular symptoms, which are potentially severe. Though, Visual acuity improved after treatment, this case reminds us that in patients with severe vaso-occlusive retinopathy, a generalized immunologic disorder, like SLE, should be taken into consideration.
